Three children with classical lentiginosis and cardiac involvement are described. Full investigation and two subsequent necropsies confirmed that the heart disease was due to severe hypertrophic obstructive cardiomyopathy.
Lentiginosis or hyperactivity of the melanocytes in skin presents in children as multiple small pigmented spots and thus may be erroneously diagnosed as von Recklinghausen's disease (Moynahan, i962) , but there are no neurofibromata and there may be other associated systemic disturbances such as somatic infantilism, short stature, and cardiac abnormalities. Walther, Polansky, and Grots (I966) described a family with lentiginosis, abnormal electrocardiograms, and systolic murmurs; they suggested that the cardiac abnormalities were due to a familial disorder of the conducting system, as did Matthews (I968) . A patient with typical lentiginosis was fully investigated in the National Heart Hospital in I967 and was shown to have classical hypertrophic cardiomyopathy; these findings were reported by Moynahan and Polani (I968) and Moynahan (1970) . Recently, at the Dermatological Section ofthe Royal Society of Medicine (Moynahan, 1970) it was suggested by one of us that patients with lentiginosis should be regularly assessed by the cardiologist, and even in the presence of a near normal electrocardiogram and normal findings on right heart catheterization, a guarded long-term prognosis should be given as these findings do not exclude the presence or subsequent development of cardiomyopathy. The purpose of this study is to document the cardiological findings as not much attention has been given to this in previous communications.
Case reports Case I A boy who died at age I6 years was the ninth of I2 children. The birthweight was 3854 g.
He fed poorly, did not gain weight, and was subject to sweating and throbbing attacks for the first two years of life. A murmur was heard at i year, and because he only weighed 6-8 kg, he was Received 4 August I97I. investigated for failure to thrive but no cause was found. His appearance was said to be normal and a photograph was taken at this time (Fig. i ). The heart was reported then to be large but the x-rays have been destroyed. A loud systolic murmur at the left sternal edge with low-pitched diastolic murmur suggested the diagnosis of ventricular septal defect; triple rhythm was mentioned, as was the diagnosis of Ebstein's anomaly. Electrocardiograms showed right ventricular and right atrial hypertrophy at this admission (Fig. 2) At 5, on bypass, Mr. Waterston found the right ventricle was huge, and on opening the pulmonary artery, the pulmonary valve was seen to be normal, and a thin-walled infundibular chamber was present with a tight infundibular stenosis underneath, caused by very hypertrophied muscle with thick endocardium. Large quantities of hypertrophied muscle and endocardium were resected. Recovery was uncomplicated. After this a severe scoliosis developed and the right ventricular hypertrophy pattern on the electrocardiogram persisted though the large P pulmonale diminished after 6 months (Fig. 4) . She remained below the 3rd percentile for height and weight (Fig. 6 ). From age 84 more lentiform moles appeared under the chin and neck, on the inner surface of arms, body, and legs, in that order. A sublingual cyst was removed and she remained well until 12 when she became breathless on effort and more chesty. The cardiac diagnosis was considered to be pulmonary regurgitation and stenosis.
At i3i she was still below the 3rd percentile for height and weight (Fig. 7) . Muscular development was poor and there were no secondary sex characteristics. Deep brown freckles were present on all unexposed parts ( Fig. 8 ) and she had a severe kyphoscoliosis. The arterial pulse was jerky and there was a large A in the jugular venous pulse. The scoliosis made recognition of ventricular hypertrophy difficult but the apex was in the anterior axillary line. (Fig. 9) , and a pull-back of the catheter in the pulmonary artery showed a gradient of 45 mmHg low in the right ventricular outflow tract (Fig. 9 ). Intravenous propranolol 2-5 mg reduced the gradient across the left ventricular outflow to 5-I0 mmHg and 8 mmHg across the right ventricular outflow (Fig. 9) . Left Thus it is seen that early involvement of the right side of the heart may give rise to the erroneous early diagnosis of pulmonary stenosis as in reported patients (Lewis et al., I958; Walther et al., I966; Matthews, I968) . The finding of resting gradients in the right ventricular outflow adds further support to the diagnosis of organic pulmonary stenosis and, without angiocardiography, the true diagnosis of septal hypertrophy cannot be made. Indeed, if left-sided pressure studies, without angiocardiography, are undertaken, the diagnosis of combined organic subpulmonary and subaortic stenosis may be made (Kraunz and Blackmon, I968) . The normality of left-sided pressures at rest is to be expected early in the disease, and the true underlying myopathic process may not be uncovered unless isoprenaline is given to promote gradients in the outflow tract and left ventricular angiocardiography reveals the unusual anatomy of the left ventricle. Aortography understandably used by others to exclude coronary artery abnormalities in the presence of strange electrocardiograms in association with lentigo, will not help to make the true diagnosis of hypertrophic cardiomyopathy. Retrospectively, it is most likely that cardiomyopathy was present in a milder form in the families described by Walther and his colleagues (I966) and Mat- 
